Two cases are described of hepatic fibropolycystic disease (Brunt, 1973 The liver had a smooth capsule and was firm to the knife. The cut surface had a mosaic appearance with brown areas of liver tissue being broken up by white bands of fibrous tissue. There were no obvious cysts.
splenomegaly. His blood urea then was 5.3 mmol/l.
He was seen in The Royal Infirmary, Manchester, at the age of 41 years when he complained of lethargy. Investigation showed him to have acromegaly due to a pituitary tumour, neurofibromatosis, hepato-splenomegaly, oesophageal varices and enlarged cystic kidneys. As a result of the latter he had chronic renal failure. The pituitary tumour was treated with radiotherapy to the pituitary fossa after which renal failure progressed despite dialysis.
Post-mortem revealed the liver (3775 g) and spleen (625 g ) to be enlarged. The kidneys were of differing sizes (left 275 g, right 140 g) (Fig. 1) . To the naked eye, both appeared polycystic. A necrotic pituitary tumour was found.
The liver had a smooth capsule and was firm to the knife. The cut surface had a mosaic appearance with brown areas of liver tissue being broken up by white bands of fibrous tissue. There were no obvious cysts.
On microscopy, the findings were typical of congenital hepatic fibrosis with strands of fibrous tissue within the portal tracts. The bile ducts appeared to be proliferating and there was some evidence of biliary stasis (Fig. 2) .
The capsules of the kidneys were adherent. The cortices measured up to 5 mm in thickness and were sponge-like. The cysts in the kidneys were up to 2 cm in diameter and some contained green pus and necrotic debris. On histology in the cortices there was fibrosis around the glomeruli which were sparse (Fig. 3 ). There were many cysts lined with flattened epithelium, and some of these contained casts. In the smaller right kidney there were areas of scarring, consistent with chronic pyelonephritis.
The sister was not investigated by the authors but when aged 21 (MurrayLyon et al., 1973) .
In the second patient, renal disease was found at 3 months and hepatic disease at 18 months; clinically fitting the infantile type of hepatic fibropolycystic disease which usually manifests itself at 3-6 months of age with both chronic renal failure and portal hypertension. His brother, about whom there is little clinical information, died at 4 months in renal failure said to be due to polycystic kidneys. This would be more in accord with the neonatal type of disease but would be in disagreement with the usual situation where each subgroup breeds true within a family.
Although this man has needed surgical portal decompression and has since suffered recurrent attacks of hepatic encephalopathy, his routine biochemical liver function tests only show a moderately elevated alkaline phosphatase level. Kerr et al. (1961) remark on the normality of these tests in this condition even when the liver is grossly enlarged and portal hypertension present.
These patients both had neonatal pyloric stenosis and childhood hepatic fibropolycystic disease, although of differing types. This might be a chance association as neonatal pyloric stenosis is common in males, occurring in 1: 500 births (Jolly, 1968) . The genetics of pyloric stenosis are obscure and Carter (1961) stated that its Mendelian inheritance could not be established. It is, however, slightly more common amongst the subsequent male siblings of a firstborn male who manifests the disease. Previous accounts of hepatic fibropolycystic disease do not mention an association with neonatal pyloric stenosis (Blyth and Ockenden, 1971; Kerr et al., 1961; Lieberman et al., 1971) . There are no reports of polycystic kidneys and neonatal pyloric stenosis occurring together (McKusick, 1971 The presence of the other abnormalities is hard to explain genetically. Craniostenosis may be inherited as a recessive (Gaudier et al., 1967) . Multiple skull defects have been reported in patients with polycystic renal disease (Staubitz, Jenett and Pletman, 1963) and cerebral malformations occur in the Meckel syndrome which has some similarities to hepatic fibropolycystic disease (Fried et al., 1971; Opitz and Howe, 1969) . Acromegaly is usually only inherited as part of the multiple endocrine adenomatous syndrome and then only as a dominant. Von Recklinghausen's neurofibromatosis is relatively common, 1: 3000 births and genetic factors are not usually recognized (Beeson and McDermott, 1967) .
These latter diseases are probably chance associations with perhaps the exception of craniostenosis.
